
(THE VGA KUAN IMVTRSITVJ 



Lymphangioma circumscriptum in the scrotum: 
a case report 

Haroon and Hasan 



Haroon and Hasan Journal of Medical Case Reports 2012, 6:233 
http://www.jmedicalcasereports.eom/content/6/1/233 



BioMed Central 



Haroon and Hasan Journal of Medical Case Reports 2012, 6:233 
http://www.jmedicalcasereports.eom/content/6/1/233 



JOURNAL OF MEDICAL 

CASE REPORTS 



CASE REPORT Open Access 



Lymphangioma circumscriptum in the scrotum: 
a case report 

Saroona Haroon 1 " and Sheema H Hasan 2 



Abstract 

Introduction: Lymphangioma circumscriptum is a rare benign skin disorder involving hamartomatous lymphatic 
malformation of deep dermal and subcutaneous lymphatic channels. It is a therapeutic challenge for the 
dermatologist when it occurs at common sites such as axilla, shoulder, groin and buttocks and a diagnostic 
challenge for the surgeon when it occurs at rare sites such as the scrotum. Surgical treatment is the most 
commonly used method to treat scrotal lymphangioma circumscriptum but there are high rates of recurrence. 

Case presentation: We report the case of a 30-year-old Pakistani man who presented with scrotal swelling which 
was clinically misinterpreted as an infectious disorder. Later on re-resection of deeper tissue was performed to 
prevent recurrence. He is still being followed-up on a regular basis. 

Conclusion: Awareness of the occurrence of lymphangioma circumscriptum in the scrotum in adult men without 
prior disease is mandatory to avoid missing the diagnosis and to ensure proper treatment. 
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Introduction 

Lymphangioma circumscriptum (LC) is a rare benign 
skin disorder involving hamartomatous lymphatic mal- 
formation of deep dermal and subcutaneous lymphatic 
channels. Fluid-filled vesicles that contain lymphatic 
fluid are typically seen in patients with LC. Scrotal LC is 
very rare and may present as a congenital condition or, 
rarely, might develop secondary to radiotherapy, infec- 
tion, or surgery such as a vasectomy. Several medical 
and abrasive treatment modalities are available including 
laser therapy. Surgical resection is the most commonly 
used method to treat scrotal LC but there are high rates 
of recurrence. Here we report the case of a patient who 
presented with scrotal swelling which was clinically mis- 
interpreted as an infectious disorder. This clinical mis- 
diagnosis points to the fact that histopathology is 
necessary even if clinically the surgeon suspects an in- 
flammatory disorder. The patient had no significant past 
medical or surgical history and the cause of his rare 
scrotal LC remained unidentified. Re-resection of deeper 
tissue was performed later because LC is a disease with 
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high recurrence rates. He is still being followed-up on a 
regular basis. 

Case presentation 

A 30-year-old Pakistani man presented to our general 
surgery outpatient department with a complaint of a 
slow growing painless scrotal swelling present for the 
past two years. His lesion was itchy and no discharge 
was present. On examination there was a soft copper- 
colored swelling involving the medial, lower and lateral 
sides of his scrotum. Clinical diagnosis of an infectious 
disorder such as molluscum contagiosum was made. He 
had no significant past medical history of sexually trans- 
mitted disease or surgical procedure in that particular 
area. He had a normal laboratory checkup including 
blood biochemistry, serum lactate dehydrogenase levels 
and serology for sexually transmitted diseases and filaria- 
sis. There was no peripheral eosinophilia. Detailed phys- 
ical examination, serology and the absence of 
eosinophilia excluded the possibility of the common eti- 
ology, filariasis. Surgical resection was performed and 
the specimen was sent for histopathology. The tissue 
was skin covered, measured 2.5cm x 2.5cm and the skin 
had a soft nodular raised area measuring 1.5cm x 1.5cm 
(Figure 1). The histopathological examination revealed 
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Figure 1 Gross picture of scrotal lymphangioma circumscriptum, skin covered tissue with tiny cystic spaces. 



a very rare disorder of the scrotum with dilated 
thin walled lymphatic channels just beneath the skin 
(Figures 2 and 3). Re-resection of deeper tissue was 
advised, which was undertaken and he had post- 
operative antibiotics. He has been free of complaints 
during five post-operative months. 



Discussion 

LC or microcystic lymphatic malformation are the terms 
used for hamartomatous abnormality of the lymphatic 
channels of the skin, which can be encountered 
anywhere in the body. The predominant types of lym- 
phangiomas are LC, cavernous lymphangioma, cystic 
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Figure 3 Microscopic picture with spaces having lining of flattened endothelial cells present just beneath the skin (hematoxylin and 
eosin, 20x). 



hygroma and lymphangioendothelioma. These condi- 
tions account for approximately 26% of benign vascular 
tumors in children but are rarer in adults. The most 
common form of cutaneous lymphangioma is LC which 
arises in infancy but may occur at any age [1,2]. Clinical 
findings consist of many vesicles that are pink to 
copper-colored and can be red or black if there is sec- 
ondary hemorrhage in the vesicles. These vesicles con- 
tain lymph and are often compared with frog spawn. LC 
is commonly found on the axillary folds, shoulders, 
neck, proximal limbs, and oral cavity with the scrotum 
being the rarest site. LC is asymptomatic; however, it 
can be complicated by excessive drainage and recurrent 
cellulitis [3]. 

Whimster first proposed the pathogenesis of LC in 
1976. Whimster postulated a collection of subcutaneous 
lymph cisterns, which arise during embryonic develop- 
ment, that are not connected to the lymphatic system 
and therefore unable to drain the lymph received from 
surrounding tissue. The cisterns are lined with muscle 
that contracts and, by applying pressure, produces pro- 
trusions on the skin [4]. Acquired LC develops in 
advanced age, possibly due to injury to deep collecting 
lymphatics, caused by radiotherapy damage or infections 
such as filariasis, lymphogranuloma venereum, or tuber- 
culosis. In our patient, however, there was no history of 
radiotherapy or infections [3,5]. 

The definitive diagnosis is usually made by biopsy be- 
cause these lesions often mimic infectious diseases such 
as molluscum contagiosum and filariasis; there was 



clinical misinterpretation of the symptoms in our case. 
Histopathology of LC revealed dilated lymph vessels 
with a lining of flat endothelial cells, mostly in the upper 
dermis and subcutis (Figures 2 and 3). There was no 
endothelial swelling depicting lymphangitis, granuloma- 
tous reaction or adult filarial worms, which can be 
present in filariasis. 

The disorder is clinically identified by translucent or 
hazy vesicles of different sizes which are grouped like 
frog spawn or, less commonly, as diffuse swelling to a 
particular area. These swellings frequently have accom- 
panying verrucous alterations giving them a warty ap- 
pearance and, if there is significant hyperkeratosis, the 
swelling may clinically resemble condyloma acuminata. 
Sometimes the epidermis shows acanthosis and hyper- 
keratosis with widening of papillary dermis. The deeper 
dermis shows wide ectatic channels with a lining of 
endothelium containing lymph [6,7]. 

Indications for treatment of the clinically evident LC 
include both its cosmetic appearance and prevention of 
complications such as cellulitis. The definitive treatment 
for lymphangiomas is surgical excision of both the super- 
ficial component, the skin, and the deeper component, 
the subcutaneous tissue which has feeding cisterns. In 
our case there is a deeper component reaching the resec- 
tion margin which could lead to recurrence. The most 
common postoperative complication is recurrence of LC 
with an incidence of 25% to 50% within three months, 
which is usually due to an improper surgical approach or 
inadequate excision of the tumor [6,8]. The scrotal 
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reconstruction was done by free skin graft. Other pallia- 
tive management modalities incorporate a wide variety of 
options such as surface abrasion by X-ray therapy, radio- 
therapy, argon laser, CO 2 laser, 900-nm diode laser, 
pulsed dye-laser, and sclerotherapy and observation. 

Conclusions 

Awareness of the occurrence of LC in the scrotum in 
adult men without prior disease is important to avoid 
missing the diagnosis, and to prevent inappropriate 
treatments, because its clinical presentation is similar to 
infectious disorders. Currently, surgery is an effective, 
well-tolerated, efficient, and easily applicable treatment. 
Incomplete excision is the most common reason for re- 
currence after surgical treatment [3,6]. Complete exci- 
sion of involved areas is important to prevent 
recurrence. Involvement of tissues as shown by radiology 
and histopathology is generally wider and deeper com- 
pared to clinical assessment. Therefore, excision should 
include all subcutaneous tissues down to the fascia. 
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